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Pezrome.

Houonamuueckuii necounviti guopoz (HJIDP) — smo msadxcenoe 3abonesamue ¢ HeONACONPUSMHBIM
nPOcHO30M, mpebyloujee KOMIIEKCHO20 U MYTbMUOUCYUNIUHAPHO20 NOOX00d K OUACHOCMUKe U JedeHuro. B
€20 KIUHUYECKOU KapmuHe OOMUHUPYIOM Hecneyuuueckue CUMAIMOMbL, NPOSPeccupyrowds 00bluKa U
Kawenvb. Hepeoko smu cumnmomvl uHmMepnpemupyomcst KIUHUYUCIAMU KAK NPOsI6IeHUsi OpYeUux HO30102Ull
co cxoxceu Kaunuueckou xapmunou (XOBJI, XCH u 0p.). Omo saensemcsi 0OHOU U3 npuuun noszoHel
sepughuxayuu ouacnosa. Ho pamnss ouacnocmuxa u ceoeepemennoe Ha4ano namo2eHemudeckol mepanuu
ABNAIOMCS KIIOUeBbIMU (DAKMOPAMY, SIUAIOWUMU HA NPOHO3 3abonesanus. Basicnyro ponv ¢ mepanuu UJID
ueparom aumuguopomuyeckue npenapamol (RUPGEHUOOH U HUHMeOaHub), Komopwvlie Cnocoocmeyrm
3AMEONeHUI) CHUNCEHUs J1e204HOU (DYHKYUU U VBCIUYEHUIO BbIJICUBAEMOCHU, OCODEHHO NpU UHUYUAYUU
mepanuu Ha PAHHUX CMaousix 3abonesawus. Dmu npenapamel Xapakxmepuzylomcs CXOHCUM Npoghuiem
bezonacHocmu u d¢hghexmusrnocmu.
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Abstract.

Idiopathic pulmonary fibrosis (IPF) is a severe disease with an unfavorable prognosis, requiring a
comprehensive, multidisciplinary approach to diagnosis and treatment. Its clinical presentation is dominated
by nonspecific symptoms, primarily progressive dyspnea and cough, which clinicians may attribute to similar
conditions (COPD, CHF, and others), thereby delaying verification of the diagnosis. Early diagnosis and the
timely initiation of targeted therapy are crucial for improving patient outcomes. Antifibrotic medications
(pirfenidone and nintedanib) are essential in IPF treatment, slowing pulmonary function decline and
improving survival, particularly when initiated early. They exhibit comparable safety and efficacy profiles.
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Wnuonarnaeckuii nerounbiii  ¢uopos (MJID) — ocobas ¢opMa XpOHUYECKOW MPOTPECCUPYIOMICH
¢ubposupyronieii  UHTEPCTUIMAILHOW  TTHEBMOHMHM  HEHM3BECTHOM  ATHOJIOTHH,  BO3HHKAOIIEH
NPEUMYIIIECTBEHHO Yy JIFOJICH CTapIIero BO3pacTa, IMOPaKAIOMIEH TONBKO JIETKUE W CBSI3aHHOH C
THCTOJIOTHYECKUM H/MIH KoMIbloTepHo-ToMorpadudeckum (KT) marrepHoM OOBIYHONW MHTEPCTHUIHATBLHOU
nuesmonuu (OUII) [1, 2, 3].

B Hacrosimee BpeMsi 3KCIepThl OTMEUaroT pocT 3aboneBaemocTu NJID, cBsA3bIBasg 3TO ¢ yBEIMYCHUEM
YHCJICHHOCTH TPYIIIBI JIUI] CTAPIIETO BO3pacTa BO BCEM MHpPE, JOCTYIMHOCTBIO U HIMPOKHM HCIIOJIb30BaHHEM

189



IHMU 3abalikaabcKuii MeANIMHCKHI BeCTHHK, Ne 1/2026

KOMITBIOTEPHO-TOMOTPaUIEeCKOr0 MCCIEOBAHUS OPTaHOB I'PYAHON KJIETKH B KIMHUYECKOW MpakTuke. Tem
He MeHee 3a00JIeBaeMOCTh BapbUPYET B IIUPOKHUX IpeJieax, COCTaBIsAs B MUPOBOIl pakTuke 7,9—-63 ciayuyaeB
Ha 100 000 nacenenus, a B Poccuiickoit @eneparuu 4—7 cnydaeB Ha 100 000 nacenenus [1].

NJI® sBnsercs MPOTrHOCTUYECKH HEONArompHsITHBIM 3a00JeBaHMEM, Yalle BCEro0 JUArHOCTUPYEMBIM B
JAJeKo 3alleIlIuX CTaAMsIX, YTO, K COKAJICHUIO, HE TIO3BOJISIET CBOEBPEMEHHO MCIOJIb30BATh COBPEMEHHBIE
TEepaneBTUYECKHE BO3MOXKHOCTH. C MOMEHTa TOSBICHHMS TMEpPBBIX KIMHMUYECKUX CHMIOTOMOB WIH
PEHTI€HOJIOTUYECKMX W3MEHEHUH MeIuWaHa BbDKMBAEMOCTH COCTaBIseT Okoyo mectu Jjer. llocne
ycra"oBieHus aquartosza MJI® 3ToT mokasaresib COOTBETCTBYET BCEro ABYM-TpeM roaam. [1, 3, 6]. [Iporuos,
KOHEYHO JK€, 3aBHCHUT OT TE€UEHHUs 3a00JIeBaHMsI U MIPH CTAOMIFHOM, MEICHHO-TIPOTPECCUPYIOIIEM BapHaHTe
MIPOJOJKUTENBHOCTD JKH3HU MOXKET ObITh Oonbie [6]. Tem He Menee, NJID mo cBoeMy HEOIAronmpusATHOMY
MIPOTHO3Y YacTO CPaBHUBAIOT C OHKOJIOTHYECKUMU 3a00/IeBaHUSIMU. B CpaBHEHUHU C paKOM JIETKUX, TICUYECHU U
MO/KENTYIOUHOM JKesle3bl OH UMeeT Oojiee OMaronmpUATHBIN HMCXOI, HO 3HAYMTENHFHO YCTYHaeT paKy MOdYeKk,
MOJIOYHOM kKeJe3bl U MeTaHoMe [6].

Mexny pakoM nerkux u MJID cymectByer TecHas cBsi3b. Y manueHToB ¢ MJID puck pa3BuTHsA paka
NErKUX B IISITh Pa3 BBINIE B CPaBHEHWHM C oOmel momymisiued u cocraBmsieT oT 2,8 mo 17,16%. Otu
3a005IeBaHUSl UMEIOT OOIIME SMUTCHETUYECKUe M TeHEeTHYECKHEe, KJIETOUHbIE U MOJEKYJISPHbIE MEXaHU3MbI
pazButus. Couetanue MJID — pak JIerkux 3HAYUTEIBLHO YXyAIAET MPOTHO3 IS alueHTa [7].

[Ipu WJI® Bo3MOXKHO pa3BUTHE OOOCTpeHHs 3a00NeBaHUs, COIMPOBOXKIAIOIIEECS YCHIECHUEM
pPECIIUPATOPHBIX CHUMIITOMOB M TIOSIBIGHHEM HOBBIX HM3MEHEHHH, MO THIy «MaTOBOTO CTEKJIa» H/HIn
VIUIOTHEHUI Jero4yHoW TkaHM Ha ¢oHe yxke umeromierocss marrepHa OWII mo pesynpraraM BBICOKOTO
paspemienuss  kommbelorepHoit  Tomorpaduu  (BPKT).  OGocTpeHme  sBIsSeTCS  IMPOTHOCTHYECKH
HEONMaronpusTHBIM COCTOSHUEM C TOCHHUTANIbHOM JeTalbHOCTRIO 10 50%. Menuana BBDKMBAEMOCTH TOCIIE
MePEHECEHHOTO 000CTpeHUs cocTarisieT 3-4 mecsa [2].

B coBpeMeHHBIX YCIOBUAX €CTh BO3MOXKHOCTH BO3Z€HCTBOBAThH Ha mpoliecc puOpo3upoBaHUs B JIETOUHOM
TkaHu. Ha3zHauenwe aHTHPUOpPOTHUECKOW Tepamuu TMO3BOJSET 3aMeUIuTh mporpeccupoBanue WIID, ¢
Oonbiielt 3¢(EeKTUBHOCTHI0O Ha paHHUX cTaausx 3aboneBanus. [loatomy panusis nuarHoctuka WJIO u
CBOEBPEMEHHOE Ha3HAYEHHUE ATUX MPENaparoB yaydllaloT Mporuo3 3abonesanus [3, 4, 7].

Yamie Bcero MJID cTpagaroT Kypsiive paHee WIM B HacToAllee BpeMsi My uuHbl ctapiie 60 net. [Tomumo
KypeHus, K (axTopaM pHCKa OTHOCSAT BO3JCHCTBHE OpPraHMYECKOM W HEOpraHMYecKodl IbLIH,
paccmarpuBaetcs Biusaue ['OPb, caxapnoro amaGera, runotupeosa. OmucaHbl Clly4ad HACJIEICTBEHHOTO
NJI®, npu koTOpBIX 3a00J€BaHUE AUATHOCTHPOBAIOCH B Oosiee MosIoioM Bo3pacte (10 50 neT) npu Haauuuu
cemeiiHoro aHamHe3a. Pa3BuTue 3TOoro BapuaHTa 3a00JieBaHHS CBSI3BIBAIOT C HOCUTEIBCTBOM MYTaIUil
myrmHa 5B (MUCSB), myTtanmii renoB, cBsazanHbix ¢ Tenomepasoi (TERT, TERC, DKCI1, TINF2, RTELI1,
PARN), myraruii B renax cypdakrantaeix nmporennoB C (SPC) u A2 (SP-A2) [1, 2, 8].

OcHoBHbIME kanobamu mpu NJI® sBnsroTcst mporpeccupyromiast ObIka U Kamenb. OplKa y NalueHToB
¢ WJI® wyame wuMeeT HHCOUPATOPHBIA XapaKTep, €€ BBIPAXKEHHOCTh OLCEHMBaeTcs Mmkaaol mMRS.
OYHKIIMOHATBHBIE BO3MOYKHOCTH OOJILHOTO OMPEIEISIOTCS TeCTOM ¢ 6-MuHYTHOH x0onp00i (TOMX). Kamens
B OOJNBIIMHCTBE CIyuyaeB CyXOil, CO BPEMEHEM CTAHOBUTCS MYYMUTEIbHBIM, HE MOJAAIOIIUMCA KOPPEKLIUU
MPOTUBOKAIIJIEBBIMU TIpenaparaMd. B MOMOOHBIX cHUTyalMsX A7 Ky[MHPOBaHUsS KalljIeBoro pediekca
UCIIONB3YIOT MOpP(HH, Ha3HAUYEHHWE KOTOpPOro TpelyeT oOpalieHus B MaiMaTHBHYIO ciayxOy. Takke B
KIIMHUYECKON KapTHHE MOTYT MPHCYTCTBOBATH yTOMIIIEMOCTh, TUCKOM(OPT B IpydHON KIETKe, cIabocCTh,
CHUKEHME Macchl Tena [1, 2, 8].

Takue KIMHUYECKHE TMPOSABIEHUS Kak runeprepmus, nepudepudeckas auMdaaeHONaTus, apTPUTHI,
MUAJTUHU, «CBUCTSIIEE» JIbIXaHUE, KPOBOXapKaHbEe, OOJIEBOM CHHAPOM B TPYAHOM KIIETKE, MOPAKEHUE JIEBBIX
Kamep cepara He xapakTepHsl i MJID u TpeOyroT morcka AMarHoCTUYECKON anbTepHaTuBHI [ 1, 2].

[Ipn nomo3zpenun na WNJI® Heobxomumo THIATETHHO cOOpaTh aHaMHE3, yAeuss ocoboe BHUMaHHUE
BO3MOXKHOMY BO3I€MCTBHIO MOTEHIUATHHO MHEBMOTOKCUYHBIX JIEKAPCTBEHHBIX MpenaparoB (METOTpEeKcar,
aMHOJapOH, HUTPO(ypaHbl, XUMHOTEPANIEBTUUECKUE MpenapaTsl U T. 1.), TpodhecCHOHAIBHBIX BPEIHOCTEMN
(MenkogucniepcHass MbUIb U T. I.) U AQHTUTEHOB, CIIOCOOHBIX BBI3BaTh T'HIEPUYBCTBUTEIHHBIA MHEBMOHUT
(rpuOKOBBIC, ITUYBH U T. 1.). BaxkHbiM sTanom auddepeHnnaabHOl THarHOCTUKY SIBISETCS HCCIEI0BaHUE
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MapKepoB MMMYHOBOCHAJIUTENbHBIX PEBMAaTOJIOTUYECKUX 3a0oJeBaHmii, JUTSt HCKIIFOUEHUS
WHTEPCTUIMAIbHBIX 3a0oneBanuii jerkux (M3J1) ¢ ayrommmyHHBIMU depTamu M M3JI-accOnMUpOBaHHBIX C
CUCTEMHBIMU 3a00yieBaHuAMU [2, 3].

Baxnyio uH(bOpManuMio MOXHO TMOJYyYWUTh MpPH MCHOIB30BAHUM PYTUHHBIX METOIOB (DHU3UKAIBHOTO
oOcnenoBanusi — ocMmoTpa W ayckyneranuu. llpu ocmorpe y 40% mnauuentoB ¢ WJI® BeisBustoTcs
«OapabaHHBIe TATOYKI» U «YaCOBBIE CTEKIIa», HE SIBISIOIINECS MaTOrHOMOHUYHBIMU Tipu3Hakamu MJI®, Ho
CBHUJICTEJILCTBYIOIIME O BBIPAKEHHOM JbIXaTesbHOM HegoctatoyHoctu. [1, 2]. Ilpu 3HaYMTEIBHBIX
M3MEHEHUSX JIETOYHOU apXUTEKTOHUKHU TAK)KE€ MOTYT ONPEIEIATHCA CUMIITOMBI JIETOYHON TMIEPTEH3UH.

KitoueBsiM ayckynbTaTuBHBIM (peHOMEHOM it paHHed nuarHoctuku WJI® sustorcs xpumbsl Velero —
JIBYCTOPOHHSIS, HEKHAsI KPEMUTALMs, BBICIyIIMBAa€Mas Ha BBICOTE B0OXa CUMMETPUYHO, MPEUMYLIECTBEHHO
HaJl HIDKHUMH OT/EJIaMH JIETKUX MPAaKTUYECKH Yy BCEX MalMeHTOB [2, 3]. DTOT MpU3HAK acCOUUUPYETCS C
TpeckoM ILemtodaHa, XpPyCTOM CHEra, OTKPBITHEM JMNydYykd. B ciydae BBISBICHHMS 3TOro MpHU3HAKa
Heo0X0IMMO Kak MOXKHO B Oosiee panHue cpoku rmpoectu BPKT nccnenoBanue opranoB rpyIiHOM KIETKH.

Pentrenonornueckun OUII (marrepr NJID) xapakrepusyeTcss IByCTOPOHHUM MOPAKCHUEM, C JIOKATTU3AIUCH
M3MEHEHUH MPEeHMYIIECTBEHHO B KOPTHKAJIBHBIX M 0a3allbHbIX OTHedaX, ¢ HajdudueM MnepudepruuecKux
TPaKUMOHHBIX OPOHX0/OPOHXMOIOIKTA30B, COTOBOTO JIETKOTO (TOJICTOCTEHHBIE KUCTHI [uamMeTpoM 10 10 MM,
BBICTJIaHHBbIE OpPOHXHUATBHBIM SIUTEINEM, PACIOIOKEHHBIE psilaMUd JAPYr Hal JAPYTroM, HallOMHHAIOIINE
«IYENHUHBIE COThI»), MUGGY3HBIX PETUKYISIPHBIX HM3MEHEHWH, yMEHbIIEHHEM O0beMa JIerOYHOW TKaHH.
«MaroBoe cTeko» Ha (hOHE PEeTUKYISIPHBIX M3MEHEHHH JIErOUYHOM TKaHHM MOXET MPUCYTCTBOBaThb, HO HE
JIOMUHUPYET HaJ APYyrUMU npusHakamu [1, 2, 8].

B 2022 1. skcmepramu ATS/ERS/JRS/ALAT Obutvi mpencTaBlIeHBl KOMIIBIOTEPHO-TOMOTpaduyeCcKue
nuarHoctuueckue kareropun OMWII, Beensmoomye TUIMYHYHO, BEPOSTHYK), COMHUTEIBHYIO M HE
xapaktepnyto 111 OUIT penTrenonorndeckyro kaptuny (tadmuma 1) [8].

Tabmuna 1.
KommnbrorepHo-TomMorpadudeckue nuarnoctudeckue kareropun OUII
(ATS/ERS/JRS/ALAT, 2022 1.)

Pacnpenenenue [Ipuznaku

Turmmaras OUIT [Ipeobnamanne B 6a3anbHBIX OTAENAX (peke mupPy3HO) U «CoToBOE TIETKOE»; PETHKYISPHBIC
CyOIIeBpaIbHO; PACIPEACICHIE TeTepPOreHHOE. U3MEHEHHs C IepUpepUIeCKUMH
U TPakUMOHHBIMH  OpOHXO- W
OpOHXHMOIOAKTA3aMH;

OTCYTCTBHUE MPU3HAKOB,
MO3BOJISTIOIINX 3aI0JI03PUTh
QIETepHATHBHBIA THAarHO3.

BepositHass OUIT [Ipeobnananne B 6a3aIbHBIX U CyOIIIEBpAIbHBIX OT/ENax; Perukynspusie HU3MEHEHUs c
pacripeseneHe 0ObIYHO TeTEPOTreHHOE. nepudepudecKUMI U TPAKIIHOHHBIMU
Oponx0-/ OpOHXHOJIO3KTA3aMU;
OTCYTCTBYET «COTOBOE JIETKOE»
OTCYTCTBHE TIPU3HAKOB,
TIO3BOJISIOIINX 3aI0/103pHUTh
ABTEPHATUBHBII JMAarHO3.

ComHuTENbHAS Bapuabwisnoe win nuddysHoe. ®duodpos 0e3 KaKHX-TTH00
OuII 0COOEHHOCTEH, TO3BOJISIFOIIUX
3anono3puts OUIIL.

BPKT-kaptuHa He IIpeobnaganre B BEpXHUX U CPETHUX OTHENAX; JIroObie n3 [IEPEUYNCIICHHBIX !
cootBercTByfommas OUII | nepubpoHXOBACKYSIPHBIE H3MEHEHHUS ¢ UHTAKTHOCTBIO npeobiaganue KOHCOJIMIAIUH,
CyOIUIEBpaIbHBIX OTAENIOB. pacnpoCTpaHEeHHOE «MaToBOE
CTeKIo» (03 MpU3HAKOB 000CTPEHUS
NJ®), pacnpocTpaHeHHas
MO3aUYHOCTb C YETKO OYEPUYEHHBIMU
«BO3NYIIHBIMM  JIOByLIKaMW»  Ha
BBIZIOXE, MHOXKECTBEHHBIE O4aru WIN
KHCTBI.
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Pucynok 2. PetukymsipHble H3MEHEHUS U TPAKLMOHHBIE OPOHX0KTa3b! ((ppoHTaIbHAS IPOCKIIHS)

BPKT-kaptuna tunmunoit OWII sBnsercs cnenuduunod mis guarHoctuku MJID B 94-100%, uto
MO3BOJIsIET yCTaHOBUTH nuarHo3 NJID Ge3 mpoBeneHuss OpoHXOCKONMUU U MOPGOIOTHYeCKOr BepupUKaluu
[1,2,8].

[TarTepHBI BEpOsATHOM, COMHUTENbHOM MK HexapakrepHoi aiss OUIT KT-kapTuHbl MeHee crielupuIHbI T
NJI®, mosToMy HEOOXOAMMO TPOBEICHHE OPOHXOCKOMHMH C HMCCIEIOBAaHUEM KJIETOYHOro coctaBa BAJI u
OMOTCUHU JIETOYHON TKaHU C MOPQOJOTHUYECKUM HCCIEAOBaHUEM, YTO IOMOTAeT HCKIIOYUTh JApPYTUe
WHTEPCTHUITMATIbHBIC 3a00I€BaHU JIETKUX ¢ GuOpo3upyronum dperotunom [1, 2, 8]

XapakTepHbIMH THCTOJIOTMYECKUMH MpPHU3HAKAMU SIBIIIOTCS T€TEPOTeHHbIE H3MEHEHHsI apXUTEKTOHHKHU
JIETKUX 32 CYET y4YacTKOB IUIOTHOTO (Gubpo3a, ¢ GOpMHPOBAHHEM «COTOBBIX» CTPYKTYP, JIOKAIHU3YIOLIUECS
MPEUMYIIECTBEHHO CyOIUIeBpaJbHO U MapacenTalbHO, B COYETAHUM C YYaCTKaMHU MEHee MOpaxKeHHOHW (Hin
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COXpaHHO) MapeHXUMBI, B OTCYTCTBHE MPU3HAKOB aJIbTEPHATUBHOTO 3a00JeBaHus Jerkux [1].

OO0s13aTenbHBIM SIBJISIETCS] MCCIIEIOBAaHNE HECIPOBOIMPOBAHHBIX JbIXaTeNbHBIX 00beMOB. CriupomMeTpus —
JNOCTYIHBIA M JIETKO BOCIPOW3BOAMMBIA B PYTHMHHON KIMHUYECKON MPAKTHKE METOA OLIEHKH CKOPOCTH
nporpeccupoBanus Gpudpo3sa. [Ipu 3ToM opreHTHPYIOTCA HA 3HaYeHHEe (POPCUPOBAHHOMN )KMU3HEHHON EMKOCTH.
CHmxenne storo mokaszarenss Ha 10% u Oonmee B TeueHue 12 MecsieB TOBOPUT O MPOTPECCHPOBAHUU
3a00NeBaHusl U SIBIETCS MapKepoM pHUCKa JieTajdbHoro ucxoma. M3mepenue nuddy3noHHON cocoOHOCTH
nerkux no MmoHookcuay ymiepona (DLCO), mo3BosnseT BBIABUTH HapyllleHHE ra3000MeHa, a CHUYKEHHE 3TOTO
kputepus Ha 40% u Oosee ABIsETCS TO0CTOBEPHBIM (hakTOpoM pucka cmepti [1, 2, 8].

Bosmoxknoctu tepanuu NJID Becbma orpanuueHsl. B mocneanee aecsTHiieTHe U3MEHHIOCH TTOHUMaHUE
naToreHesa 3Toro 3a00JieBaHus, U COOTBETCTBEHHO MOJXO/IbI K TepaNHK TaKkKe MpeTepnenu n3Menenus. Ecnu
paHee OCHOBY JieueHHUsl cocTaBsIN rmokokopTukocTepouabl (I'KC) u mutoctaTtuku, T0 B HacTosAIIEe BpeMs
g nedenus: NJI® pexomennoBana antuduOpoTHueckas Tepamnus. Bo BceM Mupe 3aperucTpupoBaHo 2
aHTU(HUOPOTUUECKUX TIpernapara, ¢ pa3HbIM MEXaHHW3MOM JCUCTBUS: HUHTeNaHuO u nupdenumoH [1, 2, 8].

Huntenann® — BHYTPUKIETOYHBIH MHTHOUTOpP pa3IUYHBIX THPO3WHKMHA3, akTuBatop Qocdarassl,
o0naTaronii  aHTHAHTUOTCHHOW, TPOTHUBOOIMYXOJICBOM akTHBHOCTHIO [2]. Tlupdenumon mnpenapar c
MJICHOTPOITHBIMH s dexramu, obnamaer aHTU(HUOPOTHUECKUMHU, AHTUOKCUIAHTHBIMH u

MIPOTHUBOBOCIIANTUTEILHBIMI CBOWCTBAMHU, HHTUOMPYET TpaHchopMUpyromuii Gaktop pocta 0eTa U CHIKAET
AKCIIPECCHUIO MOJIEKYJbl Mexkierounor aare3uu 1 tuma (ICAM-1) Ha ¢ubpobnacrax [3]. Ob6a mpemapara
COTMOCTaBUMBI 10 A(P(HEKTUBHOCTH, OHU 3aMEJISAIOT CHIDKEHUE (DYHKIIUHU JIETKHUX, YAy4YIIaroT KIUHUYECKUE
HCXONBl M XapaKTEePU3YIOTCS CXOkuM mpodmmem OezomacHoctu [1, 2, 3, 6]. Ilpu mcmonb30BaHUM 3THX
MpernaparoB 4yalle BCEro pa3BUBAIOTCA JAHUCIICTICHYECKHE TMPOsBIEHUS (TOUIHOTA, pBOTA, Juapes),
dorocencubunuzanus B 43,7% (HEOOXOAMMO WCIMONB30BaTh COJHIIE3AIIUTHBIE CPEICTBA B IEPHUO
MTOBBIIIICHHOW MHCOJISIINN), YBEIUUYeHHE TTeueHOUHBIX Mokaszarenei (ACT, AJIT, owmpyOuH). OTH moOOYHbBIE
3¢ deKThl 10303aBUCUMbBIC, UX MOXKHO TMOIBITAThCA MPEOJIONIETh IMyTEM CHIDKEHHS 03bl WJIM BPEMEHHOMN
OoTMeHOM mipemnapara [ 1, 3].

Hcnonp3oBanue aHTU(GUOPOTUKOB MO3BOJISET 3aTOPMO3UTH MPOTPECCHPOBaHUE 3a00JI€BaHMS, YMEHBIIUTH
PUCK O0OCTpeHU# U JIeTaJbHOIO MCXO/a, HO He BIMsAET Ha yxe chopmuposasmuiics ¢uodpos. [loaromy
Ha3Ha4YeHUE JaHHOW Tepanmuu Ha paHHUX dSTamax 3a00JieBaHUS SBJISETCS MPOTHOCTUYECKU BaKHBIM IS
nanuentoB ¢ WJID [1, 2, 3].

DkenepThl He pekoMeHAyloT wucnoib3oBanue ['KC, azatuonpuHa, T. K. BO3MOXKHBIA PHUCK Ppa3BUTUA
CEPbE3HBIX MOOOYHBIX APQPEKTOB BHIINIE MPEANOTAraeMO TOJB3bl OT UX JIUTENBHOTO HCIOIB30BaHUS.
«TpoltHas Tepanus» MPETHU30IOHOM, Aa3aTHONPUHOM, N-alETHIIUCTEMHOM TaKXe I0Kazajla CBOIO
Her(pEKTUBHOCTh, U COMPOBOXKIATACh YBEIMYEHHUEM pPHCKA JETaNIbHBIX HCXOJOB, TOCHUTANIM3AIMN U
nmo6ouHbIx 3¢dekroB [1, 2]. Monorepanus N-alleTHIITUCTENHOM MOXET ObITh Toka3zana mpu MNIJID ¢
reHotunom TT rs3750920 B TOLLIP, a takke y nauuenToB ¢ U3J1, ¢ ayrouMMyHHBIMU YepTamu [2, 6].

[Ipn pasButum neroyHoi runepreHsuu Ha ¢oune WIID, mnokazaHo ucCHoIb30BaHUE cUIACHA]UIIA.
Hasnauenne 603eHTaHa, MallMTeHTaHa, aMOpU3EHTaHa He MoKa3ajao dPPEKTUBHOCTH B KOPPEKIIMH JTETOYHON
runepren3uun y 6onpabix UJID [1, 2].

BosmokHa anTupeiokcHas Tepanus B TOi cutyanuu, korjaa y 6onpHbeIX ¢ MJID umeeT MecTo KITMHUYECKH
3HaYUMBIN ractpo33odareansupiii pedmrokc (I'DP) [1]. Hemenukamentosnas tepanus ['OP HampasieHa Ha
M3MEHEHHUE TMUIIEBOr0 MOBEACHUS (MIPUEM MUIIHM MaJbIMHU MOPIUSAMH, OTPAaHUYEHHE OCTPOI MUIIU U T. 1.).
[lepBast nMHUS MEIMKAMEHTO3HON Tepamuu TNpeACTaBlIeHa HHTUOMTOpaMH NPOTOHHOTO Hacoca. Bcee
mpenaparsl 3TOW TPYHIbl CONOCTaBUMBI 10 3(PGEKTUBHOCTH, M KIMHHUIIMCT MOXKET BBHIOpATh JTIOO0N M3 HHUX
[5]. Ho B ciyuae ucnionb3oBanus B Tepanuu MJI® nmupdennona He peKOMeHIyeTcsl Ha3HaYeHHe OMeIpasoia
BBHJIy HEXeNaTeJIbHOTO JIEKapCTBEHHOTO B3auMoencTBusa. OrpaHueHus: KacaroTcsl TOJIbKO oMeripaszona [1].
Nurnbutopel mpotoHHoW momnel He BiumsAtoTr Ha O®BI, TO6MX, HO CHWXAOT KOJIMYECTBO
(GbubpoBOCTIANIUTENBHBIX BEHIECTB, YCHJIWBAIOT IMTOMPOTEKTOPHBIE MEXaHU3MbI, OTPAaHUYMUBAIOT POCT
¢bubpoOIACTOB M CHIXKAIOT KUCIOTHOCTH KENMyAKa, YTO YMEHbBIIAET YacTOTy OOOCTpEHUH M YIydIlaeT
BBDKUBaeMOCTh 00sbHBIX MJID B coueranun ¢ ['OP [9].

[IporpeccupoBanre XpOHHUYECKOW JbIXaTeIbHOW HEJOCTATOYHOCTH, COIMPOBOXKIAIOIIEECS CHIKEHUEM
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carypaiuu Kucinopona (SpO,) Huke 88% B NMOKOE NP JBIXaHHK aTMOCQHEPHBIM BO3LYXOM, ABJIAECTCA
MOKa3aHUEM JUIsl JUIUTEIbHOM 3aMECTUTENbHONW KUciopoaoTepanun He MeHee 15—17 yacoB B cyTku. Takxke
BO3MO)KHO HCIIOJIb30BaHME HEWMHBa3sUBHOW BeHTHIsALuM Jierkux (HBJI) ¢ monoxuTenpHbIM JaBleHHEM Ha
Baoxe. MckycctBenHas BeHTwisiuusa Jerkux (MBJI) B OonbIIMHCTBE ciyyaeB HE PEKOMEHIyeTcs, 3a
HCKIIFOUEHUEM CUTYyalluu OXKUAAHUS TPaHCIUIAHTAIMK JieTKuX [1, 2, §].

[Tpn nanuuum nokazanuii (DLCO uuxe 40% ot nomxubix BennunH, cHmkenne OXKEJI na 10% u Gonee B
TeueHUH 6 MecsueB HaOmoaeHus, SpO2 Huxke 88% npu TOMX, «coroBoe nerkoe» Ha BPKT Oonee 2 6annos
o mkane Gguoposa), 00Cyk1aeTcsi BO3MOXKHOCTh TPAaHCIIAaHTALMH JIeTKHX [1].

Heobxomumo MOMHHUTH O JIETOYHON peaduiauTaiuu, KoTopas MokazaHa BceM nanueHTtam ¢ MJIO, 1. k. oHa
YBEJIMYMBAET TOJEPAHTHOCTh K (PM3NYECKOM Harpyske, yMEHbUIAET OABIIIKY M YIy4IlaeT KaueCTBO KHU3HU
Takux namueHTos [1, 2, 10, 11].

Knunuueckuii cnyuai.

[Manuent JI., 66 net, oOparuics 3a moMoIbio B OKTs0pe 2025 . ¢ anodaMu Ha OJBIIIKY HHCIMPATOPHOTO
XapakTepa Ip1 yMepeHHOU (u3nueckoil Harpyske (xo7p0a 0 pOBHON MECTHOCTH), CyXOH Kalllelb.

Kamens Gecrniokoms okojo 5 jnet, 2 rofa Ha3aja B MOJUKIMHUKE MO MECTY JKUTEIbCTBA ObLI YCTaHOBIIEH
quarHo3 XOBJI n Ha3zHaueHa Ga3ucHas Tepamus THOTponueM OpoMuaoMm 2,5 MKr (2 uHramsiuuu 1 pa3 B
cyTku) u Oyneconugom/cpopmoreporom 160/4,5 mxr (1 wuHramsaums 2 paza B jaeHb). Hecmorps Ha
IIPOBOIMMYIO TEPAIUIO MALMEHT OTMEYasl HapacTaHue onapliku M Kamwid. B 2023 . mva MCKT Bnepssle
BBISIBIICHBI ITPU3HAKKM (HOpO3a B HIKHUX OTJeNax JIErkux ¢ o0enx cropoH. B ¢espane 2024 r. Habmronanack
oTpULIaTeNIbHAs JMHAMUKA B BUJE MOSABJICHUS B 0a3aJbHBIX OTJesaX 00OMX JIETKUX 3HAUYUTENIbHBIX YYaCTKOB
«COTOBOTO JIETKOT'0», TPAKIIMOHHBIX OPOHXOIKTA30B U PETUKYISIPHBIX M3MeHeHull — kaptuHa OUII. IManuent
ObUI KOHCYJIBTHPOBAaH JKCIEpTaMH IyJIbMOHOJIOIMYECKOro otaeneHuss KIMHMKM TyJabMOHOJIOTMH U
pecniuparopHoi menuuuHel PI'BOY BO Ilepssiit MI'MYVY um. CedenoBa Munsnpasa Poccun, ycTaHOBIIEH
quarHo3: Wauonarmyeckuil nerounslii ¢uopo3. X/IH 2 crenenu. PekomenpoBana aHTH(UOpoTHYECKAS
tepanus. B centsadpe 2025 r. nHUIMMpPOBaHa Tepanus NTUpGEeHNI0HOM, 1o cxeMe 267 Mmr (3 karcyinsl 3 pasa B
JICHB ).

[Tanuent B mpouutoM Kypui 6onee 38 net, mocieqHue 15 et He KypUT, MHAEKC KypeHHs cocTaBisa 38
nayka-jeT. KoHTakToB ¢ HeOMaronpusATHBIMU MPOGECCHOHAIBHBIMHU, OBITOBBIMHU (PAKTOpaMH, NOTEHIIMAIBHO
ITHEBMOTOKCHUYHBIMU IpenapartaMu He oTMeyas. CONMyTCTBYIOLIAs MATOJOIUs — FHIEPTOHUYECKas: OONe3Hb.
AnIeproyIornyecKuii aHaMHE3 HE OTATOILEH.

IIpu ocmoTpe mnamueHT HOpMocTeHudeckoro tenociaoxenus, UMT — 21 kr/m?, nepudepuueckue
TUMQOyY3TIbl HE YBEIUYEHBI, IIMaHO3a U OTeKOB HET. ONpenensiorcs CHUMIITOMBI «YacOBBIX CTEKOI» H
«bapabaHHBIX MMaJ04YEK» Ha MalbLaX PyK U CTOIL.

P HUCYHOK 3. CUMIITOM «4YaCOBBIX CTEKOI» B «6apa6aHHI>1x NaJO4YCK» Yy NMalueHTa JL.

JlpixaHue BE3UKYJSIPHOE, HAJl HIDKHUMU OTIENIaMU JIETKUX — JABYCTOPOHHSISI CUMMETPHYHAS KpEIMUTAIIHS
(xpumst Velcro). YL —20 B 1 MunyTY, carypaius KHCIOpoJa MPHU AbIXaHUHA aTMOC(EPHBIM Bo3IyXoM — 93%,
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YCC — 88 B 1 munyty, AJl — 130/80 MM pT. CT.

OO0mue KIMHUYeCKHe U OMOXMMUYECKHUE aHaTu3bl — 0e3 MaTOJIOrMYeCKUX M3MEHEHUN. AHTHUHYKJIEapHbIe
aHTHUTENA U JIpyrue MapKepbl MMMYHOBOCIIAUTENIBHBIX PEBMATOIOTHYECKUX 3a00IeBaHUN OTpUIIaTeIbHBIE.

B nepuon ¢ 2023 . mo 2024 r. npu orieHKke GYHKIIMOHATBHOTO COCTOSHUS JIETKUX y ManuenTta JI. BeIsIBIEHO
camkenne OXEJI 6onee 10% (Tabnuna 2) u yMeHbIIEHHE TOJIEPAHTHOCTH K (pu3mueckoil Harpyske (Tabmumna
3). B 2024 r. mo pe3ynpraraM TecTa ¢ 6-MUHYTHOM X07p00# mocie (u3nueckoil Harpy3KH BIIEpPBhIC BISIBICHA
necarypauus 110 88%.

TaOmuna 2
CHHpOMeTpI/IquKI/Ie IIOKa3aTciv ImalucHTa JI. pa(¢] 6pOHXOJ'II/ITI/IKa
02.2023 r. 02.2024 r. 11.2025 r.
O®BI1, % OT JOMKHBIX BEIUYUH 70 52 51
KEJI, % OT NOIKHBIX BEIMYMH 57 40 40
®XKEJI, % oT MoMKHBIX BEJIMYUH 65 47 46
O®B1/®XEJI, % OT TOIKHBIX BEIHYUH 107 110 110

[Ipumeuanne: ODPB1 — 06vem opcuposanHoro Beigoxa 3a 1 cekynny, XEJI — xxu3neHnas emkocts Jierkux, ®XEJI-

(bOpCHpOBaHHaH JKHU3HCHHAsA CMKOCTD JICTKUX

Tabnuma 3.
[TapameTpsl TecTa ¢ 6-MUHYTHOM X0Ab0OM nanuenTa JI.
03.2023 r. 02.2024 r. 11.2025 .
Ucxonno | Ilocne narpysku | Ucxonno | Ilocne narpysku | Ucxonno | Ilocne Harpysku
SpO2 % 96 92 94 88 93 88
Jucnuos Borg, Gabl 2 4 3 6 3 6
YCC yn/mun 78 100 86 130 80 110
Huctanmms (M) 460 350 340
AJ] MM pT.CT. 120/80 130/80 130/80 150/80 130/80 ‘ 150/80

[Ipumeuanne: SpO: — caryparus kuciopoaa, YCC — gncio cepedHbIx cokpamienni, A/l — aprepuanapHOe gaBIeHIe

[To nanueiM MCKT opranoB rpyaHoi kietku B oktsaOpe 2025 r. BbisBiensl npuszHaku OUII («cotoBoe
Jerkoe» B 3a7He-0a3ajbHBIX OTJENaX, TPAKUHMOHHbIE OpPOHXOAKTA3bl, PETUKYIApHbIE H3MeHeHus). B
cpaBHeHuu ¢ KT-kaptunoii 2024 r. oTpunaTenbHOM JUHAMUKY HET (PUCYHOK 4).

o
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Pucynok 4. «CotoBoe Jierkoe», TpaKIMOHHBIE OPOHXO0AKTa3bl, peTukymsapabie namenenust Ha MCKT y nauuenra JI.
(ppoHTanbHas U aKcHaNTbHAS POEKLIWH ), OKTAOPH 2025 T

Tepanust nmuppeHnIO0HOM B TeueHHE 12 MecsIeB COMPOBOXKIAIACH CTAOMIHM3AIMEN CIUPOMETPUUECKHUX
nokazareneil  (Tabn. 2), (QYHKIMOHAIBHOTO COCTOSIHUSI TnanueHTa (Tabn. 3) W KOMITBIOTEpHO-
ToMorpaduyecKoil KapTHHBI. DTO CBHIETEILCTBYET O 3aMeyIeHnH nporpeccupoBanust MJID. Oxnako BecHOM
2025 1. ObUTO 3apUKCUPOBAHO PA3BUTHE XAPAKTEPHOTO JJIsi JAHHOTO Tpemnapara mobodnoro s¢pdekra —
q)OTOHCpMaTI/ITa, MPOABJIABHICTOCA FI/IHepHI/IFMCHTaHI/Ieﬁ KOXH OTKPBITBIX YYAaCTKOB TEJia (J'II/IIIO, mied,
NpEAIIeybsi) ¢ BBIPAKEHHBIM KOCMeTHYeCcKuM naedekroM (pucyHok 5). IlombITkm BpeMEHHOW OTMEHBI
mperapara MPUBOIWIA K PErpeccy KOXKHBIX TPOSBICHUH, OMHAKO WX BO300OHOBJICHHE IPHU IOBTOPHOM
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Ha3HAYE€HUH NUPPEHUT0HA CBUIETENBCTBOBAIO O HAIMYUU CTOMKOHN rMIIEpIyBCTBUTEILHOCTH.
oLl RN T '

Pucynok 5. ®oronepmarur y nauuenra JI.

Y4uuThIBas COXpaHSIOIIYIOCS HEOOXOAMMOCTb AHTU(PHOPOTHUECKONW Tepanuu U Ppa3BUTHE I[OOOYHOTrO
s dexTa, ObUI0 MPUHATO PELICHHE O NEePEXO/Ie Ha AIbTEPHATUBHBIN Npenapar — HUHTeJaHUO.

WNJI®  sBasercs  TSXKEIbIM, HNPOTHOCTHYECKHM  HEONIaronpusTHBIM  3a0ojeBaHuEM,  TpeOyroIuM
MYJIBTHIUCHMITIMHAPHOTO MOJXOAAa K JMarHOCTUKE M JiedeHuto. PaHHAsS BepuQuKauus auarLosa u
CBOCBPEMEHHOE HA3HAUEHUE IIaTONEHETHYECKOM TEpanuu COCTABISAIOT OCHOBHBIE TPEHJbl YIIyYIICHHS
ucxozoB y nanueHToB ¢ MJID. JlanHoe kKIMHUYECKOe HAOIOIEHUE IEMOHCTPUPYET YacThle AUArHOCTUUECKHE
omnOku y nanuenta ¢ MJI®, mackupyrommmes noa XOBJI, a Taxke BaXkHbIE acHEKThl aHTH(PUOPOTHUYECKOI
TEpaIuu.

Ceedenus o punancupoeanuu uccie006anus u 0 KOHPIUKmMe uHmepecos.

UccnenoBanuie He umeno GUHAHCOBOM MOAIEPIKKH.

ABTODBI 3asBIISAIOT 00 OTCYTCTBUU KOH(IMKTaUHTEPECOB.

Ceeodenus o 6xnade Kax3oo2o asmopa 6 padomy.

OununnoBa A.A. — 45% (pa3paboTka KOHLENIMM M JAM3aiiHA HCCleAOBaHMs, cOOp JNaHHbBIX, aHAIU3 U
UHTEPIIPETALMS JaHHBIX, AHAJIN3 JTUTEPATypPhl 110 TEME MCCIEN0BaHUs, HAMCAHUE TEKCTA CTaThH,

YTBEP)KJICHHE OKOHYATEIbHOTO TEKCTA CTaThH).

Jlapea H.B. — 10% (ananu3 aureparypbl, HAy4YHOE pelakTUPOBaHUE, YTBEPKIEHUE OKOHYATEIbHOIO TEKCTa
CTaThbH).

Jly3una E.B. — 10% (anHayiu3 nurepatypbl, HAy4HOE pelakKTUPOBAHKE, YTBEPKIEHUE OKOHYATEIBHOIO TEKCTa
CTaThbH).

Kunnna A.A.— 5% (aHanu3 nuTepaTypbl, HAYYHOE PEAAKTUPOBAHKE, YTBEP)KICHUE OKOHUATEIbHOIO TEKCTa
CTaThbH).

Bunrep C.M. — 5% (ananu3 aureparypsl 10 TEME UCCIEI0BAHUS, HAYYHOE PEAaKTUPOBaHHE, YTBEPKACHUE
OKOHYATEeJIbHOIO TEKCTA CTaThH).

KurxkuroBa E.b. — 10% (aHanu3 nurepaTrypsl MO TeME HCCIENOBAaHUS, HaydyHOE pPEIaKTUPOBAHUE,
TE€XHUYECKOE PEeJTaKTUPOBAHUE, YTBEPIKICHHE OKOHUATEIbHOIO TEKCTa CTAaThH).

Kuryna 3.M. — 5% (aHasin3 nuTeparypbl O TEME HCCIIEA0BaHMS, YTBEPXKIEHHE OKOHYATEIbHOIO TEKCTa
CTaThbH).

Tomuna E.A. — 5% (aHanu3 nuTepaTypbl IO TeME HUCCIENOBAaHUs, YTBEPKACHUE OKOHYATEIbHOIO TEKCTa
CTaThbH).

3ary3una E.C. — 5% (ananu3 nurtepaTypbl 0 TEME UCCIIEI0BaHUsA, YTBEP/KICHUE OKOHUYATEIbHOTO TEKCTa
CTaThbH).

Hugpopmayus o coomeemcmeuu cmamvu HayuHOU OUCYUNIUHE:
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